Multicentric Reticulohistiocytosis with Ovarian Carcinoma P Hall-Smith MD FRCP -(Brighton General Hospital, Elm Grove, Brighton, BN2 3EW) D D, woman aged 49 History: May 1975, rash on hands and fingers and front of thighs. Within a week or two developed pain and stiffness of shoulders, neck, wrists, hands, knees and back. Later lesions appeared along hair margin, on lower lip and inside the mouth. The pain in her shoulders kept her awake at night and she felt weak and depressed. Past andfamily history: Nil relevant. Menopause aged 47. On examination: Skin: flesh-coloured and reddish papules and nodules ranging from 0.2 mm to 1 cm in diameter, palmar aspect and pulp of fingers; also marked paronychial nodules. Papular eruption of hair margin with similar lesions on helices, behind ears and round sides and base of neck. Anterior aspect of thighs involved. Left buccal mucosa shows an infiltrated erosive lesion opposite the lower molar, left lower lip a 0.5 cm lesion. Joints: considerable limitation of movement of both shoulders with abduction about 200 and almost no internal or external rotation. No joint swellings, but some limitation of motion of knees and rotation of neck. Investigations: X-ray of wrists and hands showed patchy demineralization in both and subperiosteal cortical demineralization of some proximal phalanges.
Blood cholesterol 235, uric acid 6.9, triglycerides 73 mg/100 ml. Urine chromatography: general decrease in amino acids and no specific excess. Antinuclear factor weak positive; latex test for rheumatoid factor positive; rheumatoid arthritis hemagglutination positive 1:640; mitochondrial antibody negative; smooth muscle antibody negative; Treponema pallidum haemagglutination negative; Venereal Diseases Reference Laboratory negative; immunoglobulins normal. Histopathology (Dr R I K Elliott): Skin biopsy shows a well-localized focus in the upper dermis; this consists almost entirely of giant cells with abundant pink hyaline cytoplasm which is some-times foamy, separated by thin layers of fibroblasts and blood vessels. They do not show wreaths or Touton format, and have comparatively few nuclei. There is almost no accompanying cellular infiltration.
Comment
There is an excellent review of this rare condition by Rooney et al. (1975) . It has received several synonyms: lipoid dermatoarthritis (Warin et al. 1957 , Barrow 1967 , lipoid rheumatism (Weber 1948) , reticulohistiocytoma (Rostenberg et al. 1960 ), multicentric reticulohistiocytosis (Anderson et al. 1968 ). Females are more commonly affected than males, in the proportion 3:1 and the mean age of onset is usually in the fifth decade. The disease begins insidiously with nearly two-thirds of patients presenting with a polyarthritis. Development of skin nodules may coincide with onset of arthritis, or appear up to three or more years later. Typical presentation is a middle-aged female with what appears to be rheumatoid arthritis. Orkin et al. (1964) found the eruption cleared in 25% of cases, improved in 25% and in the remainder was either stationary or the disease worsened; in 3 of his patients the arthritis disappeared or improved. In the majority of cases the disease became inactive after ten years, though the patients were left with crippling arthritis. Neoplasm has been reported in a few patients with multicentric reticulohistiocytosis but it is uncertain whether this is any more than a coincidental finding (Goltz & Laymon 1954, Warin et al. 1957 , Labow & Shapiro 1965 . In our patient prednisone effected a limited improvement and the skin lesions remained unchanged.
Postscript (March 1976) : Two weeks after the case presentation an abdominal mass was palpated which was not present on previous examination. Laparotomy , revealed an omental metastasis from a medullary carcinoma of ovary. A review of the literature shows that about 25 % of cases of multicentric reticulohistiocytosis have an associated neoplasm. Dr R P Warin: This is a good example of reticulohistiocytosis.
In 1957, with Dr C D Evans, Dr M Hewitt and others (British Medical Journal i, 1387) I reported 4 patients with this condition and reviewed the literature which at that time included 12 other cases. Two of our patients died, one with a fibrinous pericarditis, and the other of secondary carcinoma, probably bronchial in origin. The other 2 improved. Histochemical investigations at that time suggested that the granular cytoplasm contained a polypeptide-lipoid complex.
Dr R Summerly: I am looking after a woman aged 66 whose lesions consist solely of the sheeted papular elements demonstrated so well in Dr Hall-Smith's patient. My patient has no clinical or radiological evidence of joint involvement and her skin lesions seem to be regressing. Thus she seems to demonstrate a benign end of the spectrum of multicentric histiocytosis, but will a disabling arthropathy yet supervene?
Dr P Hall-Smith: Cases of reticulohistiocytosis without arthritis have been reported but it is thought that these may be a forme fruste of the disease. Orkin et al. (1964) reported 100% joint involvement in the 23 cases they reviewed. Girl aged 10 months Clinical features: Pitted lesions arranged in clusters were noted at birth on the skin of the -face (Fig 1) , trunk and limbs. Recently these have become paler on the trunk and hyperpigmented on the legs. A 1.5 x 1 cm area of denuded skin was present on the occiput, and healed with scarring. Two nodules on the left thumb and perianal verrucous lesions have not changed since birth. Telangiectasia is present on the cheeks. The nails are poorly developed and some are absent. Many of the teeth show notching of their free margins.
Partial soft tissue syndactyly involves left middle and ring fingers, and left third and fourth toes (Fig 2) ; the right foot shows clefting between fourth and fifth metatarsals (Fig 3) . This unusual combination of syndactyly and clefting is characteristic of Goltz's syndrome.
Birth weight was unremarkable (3330 g), but height, weight and head circumference have now fallen to the lower end Qf the normal range for age. No skeletal or eye defects have been detected, and mental development appears normal.
